Polymyositis is characterized clinically by muscular weakness and pathologically by Inflammatory and degenerative changes in muscles (Pearson & Currie 1974) . When the typical sk~n lesions (Pearson 1963) coexist with the myositis the term dermatomyositis (OM) is used. It IS not generally recognized that the cutaneous features may precede the muscle involvement by many years (Krain 1975). We report a case of OM without obvious myopathy, complicated by fibrosing alveolitis.
. Atrophic, macular skin rash over the knuckles and back of the hands oedema with violaceous discoloration of the eyelids (Figure 2 ). Eight months later he was admitted with pyrexia, cough, mucoid expectoration and incre~sing dyspnoea: On this occasion 'he had crepitations in the lower lung fields, finger clubbing and ulceration of the perianal region and shaft of the penis. There was no detectable muscle weakness or tenderness.
Initial investigations showed a normal blood count, normal phenotype on haemoglobin electrophoresis and an erythrocyte sedimentation rate (ESR) of 6 mm/hour (Westergren) .
Antinuclear and rheumatoid factors were negative. Creatine phosphokinase (CPK) was 50 iu/l (normal up to 130). A positive Venereal Disease Research Laboratory Test was consistent with a history of yaws at the age of eight years. Electromyography (EMG) and muscle biopsy were normal. X-rays of the hands and chest were normal; barium swallow showed only a small Figure 2 . Periorbital oedema and violaceous discoloration of the eyelids hiatus hernia. Eight months later, when the patient developed pulmonary manifestations, arterial blood gases indicated a reduced oxygen tension of 9.6 kPa (normal 12-15) and a normal carbon dioxide tension of 5.7 kPa (normal 4.5-6). Lung function tests demonstrated a restrictive pattern with a forced expiratory volume in one second (FEVI) of 1.9 litres (predicted value 3.2), vital capacity (VC) of 2.3 litres (predicted value 4.1) and FEV I/VC of 82%; there was considerable loss of gas exchange area with a diminished carbon monoxide diffusing capacity of 10.6 ml/mmrlg/min (predicted value 27.4). ESR rose to 67 mm/h and CPK to 110 iu/I. A repeat EMG showed many short-duration polyphasic motor units on volition; there was no spontaneous activity. The chest X-ray now revealed coarse reticular shadowing in the lower zones compatible with fibrosing alveolitis. Histology of the perianal ulcer showed a nonspecific chronic inflammatory infiltrate; there was no evidence of endarteritis obliterans, luetic infection or malignancy. The patient's presenting symptoms worsened and he was treated with prednisolone up to 40 mg daily. Steroid-induced diabetes mellitus and oropharyngeal candidiasis were controlled by insulin and oral antifungal therapy, respectively. His condition improved initially, but deteriorated after the onset of respiratory symptoms and he died six weeks following admission. At necropsy the lungs revealed a fine honeycomb appearance and histology confirmed diffuse interstitial fibrosis without any vasculitis. There was no evidence of candidiasis or bacterial pneumonia and histology of striated muscle and oesophagus was normal.
Discussion
This patient had a mild inflammatory arthritis of the hands with periorbital oedema and the typical skin lesions of OM (Pearson 1963) . Bohan & Peter (1975) have suggested criteria for the diagnosis of OM, though they acknowledge that failure to meet these does not exclude the diagnosis. Dermatomyositis may present without muscle involvement and underlines the importance of recognizing this variant by its pathognomonic cutaneous features, to avoid delay in diagnosis (Krain 1975) . Such patients go on to develop clinical or laboratory evidence of myositis, though in one of Krain's patients this happened more than 10 years later. Our patient's second EMG showed myopathic changes, though the muscle biopsy was normal. By this time he had been on prednisolone for eight months. Corticosteroids, especially the fluorinated preparations such as dexamethasone, can cause a myopathy (Golding & Begg 1960) and it is difficult to know to what extent the prednisolone was responsible for the EMG findings. Krain (1975) remarked that this variant is not known to be associated with malignancy. Certainly, in our patient, both ante-and post-mortem search failed to detect any neoplasm.
Since the first documented case of interstitial pneumonitis in OM (Mills & Mathews 1956 ), there have been increasing numbers of reports of fibrosing alveolitis in both dermatomyositis (Dubowitz & Dubowitz 1964 , Sandbank et al. 1966 and polymyositis (Thompson & Mackay 1970 , Olsen & Swenson 1972 , Duncan et al. 1974 . Frazier & Miller (1974) reported an incidence of this lung complication in 5% of patients with polymyositisdermatomyositis. In their review of 31 cases in the literature, Schwarz et al. (1976) indicated that in 39% of these patients the pulmonary manifestations were predominant and preceded the characteristic features of the underlying muscle disease by as long as three years. Duncan et al. (1974) stressed that those patients with extensive pulmonary fibrosis histologically had a poor prognosis despite corticosteroid therapy, a finding similar to that in diffuse idiopathic fibrosing alveolitis (Scadding & Hinson 1967) .
A recent report (Plowman & Stableforth 1977) described an encouraging response to treatment with cyclophosphamide in a single patient with dermatomyositis and fibrosing alveolitis, though the place of this therapy in the pulmonary lesions of DM needs further evaluation. It might be argued that our patient could have fared better on immunosuppressive treatment; however this is unlikely because his lung biopsy showed severe interstitial fibrosis. He died from this complication just ten months after he came under observation and before unequivocal muscle involvement.
